To the Editor:
==============

We read with interest the recent publications in the Brazilian Journal of Pulmonology highlighting the prevalence of pulmonary hypertension (PH) in Brazil, particularly as a complication of sickle cell anemia^(^ [@B01] ^)^ and schistosomiasis,^(^ [@B02] ^)^ and discussing the role of imaging methods in the evaluation of this disease.^(^ [@B03] ^-^ [@B05] ^)^ We would like to report another uncommon cause of PH, pulmonary capillary hemangiomatosis (PCH), and describe the important role of imaging methods in establishing the diagnostic suspicion of this condition.

A 25-year-old male nonsmoker presented to the pulmonology department with a three-month history of rapidly progressive dyspnea. Physical examination revealed digital clubbing, and he was tachypneic and cyanotic, requiring supplementary oxygen. Heart auscultation and chest examination were unremarkable, and examination of the abdomen revealed a slightly enlarged liver. A transesophageal echocardiogram showed enlargement of the main pulmonary artery and right heart chamber. Arterial blood gas analysis showed the following results: pH, 7.46; PaCO~2~, 26.6 mmHg; and PaO~2~, 51.8 mmHg. A chest X-ray showed dilatation of the main and central pulmonary arteries with a nonspecific interstitial infiltrate. Chest CT angiography allowed us to exclude pulmonary embolism and revealed diffuse centrilobular ground-glass opacities (GGOs) and marked dilatation (36 mm) of the main pulmonary artery ([Figure 1](#f01){ref-type="fig"}). The GGOs were bilateral and symmetrical, with no thickening of the interlobular septa. On a pulmonary function test, DLCO was 20%. Anticoagulation therapy with heparin was started and initially improved the symptoms slightly. Pulmonary catheterization demonstrated a mean pulmonary artery pressure of 65 mmHg and a negative vasoactive intestinal peptide result. The pulmonary artery occlusion pressure was 13 mmHg, and cardiac output was 2.9 L/min. Because of the diagnostic suspicion of PCH, the patient was placed on the waiting list for lung transplantation. Despite the treatment with heparin and furosemide, the condition of the patient gradually deteriorated, and he died two months after admission. An autopsy revealed prominent dilation of the right heart chambers and of the pulmonary artery, as well as diffuse alveolar hemorrhage. Microscopic examination of the lungs showed well-demarcated areas with dense proliferation of capillary channels within alveolar walls and surrounding walls of pulmonary venules and veins, which supported the diagnosis of PCH ([Figure 2](#f02){ref-type="fig"}).

Figure 1In A, HRCT scan showing diffuse centrilobular ground-glass opacities. In B, chest CT angiography image demonstrating marked dilatation of the main pulmonary artery (diameter, 36 mm) and bilateral pleural effusion.

Figure 2In A, photomicrograph showing alveolar septal thickening with intense capillary proliferation (H&E; original magnification, ×400). In B, photomicrograph showing capillaries of the alveolar walls with marked CD31 positivity (immunohistochemistry; magnification, ×400).

The PH syndrome is a heterogeneous group of conditions with the common feature of pulmonary artery involvement, resulting in increased pulmonary vascular resistance, hypertrophy, and right ventricular dilatation that can lead to significant cardiac dysfunction (cor pulmonale) and death. Currently, PH is defined as a resting mean pulmonary artery pressure ≥ 25 mmHg, as measured by right heart catheterization.^(^ [@B05] ^,^ [@B06] ^)^

PCH is an extremely rare cause of primary PH and occurs most commonly in adults aged 20-40 years, but it has been reported to occur in all age groups and shows no sex predilection. The clinical presentation of PCH is very nonspecific and most frequently includes dyspnea and fatigue. Other complaints are chest pain, chronic cough, peripheral edema, cyanosis, and syncope.^(^ [@B03] ^)^ Hemoptysis can be a very useful sign in order to differentiate PCH from pulmonary veno-occlusive disease (PVOD), because it is not found in PVOD.

On chest X-rays, PCH appears as diffuse or bibasilar reticulonodular opacities. Signs of pulmonary arterial hypertension (PAH), such as enlarged central pulmonary arteries and dilatation on the right side of the heart, can also be present. CT scans can show diffuse, ill-defined, centrilobular GGOs and signs consistent with PAH (main pulmonary artery diameter \> 3 cm). ^(^ [@B04] ^,^ [@B05] ^)^ The association of centrilobular GGOs with the findings mentioned above is an important clue for differentiating PCH from classic causes of this GGO pattern, such as viral infections and acute hypersensitivity pneumonitis. PCH and PVOD should be suspected in patients with PAH associated with hemoptysis or hemorrhagic pleural effusion and interstitial lung infiltrates.

The final diagnosis of PCH is made by lung biopsy. Open lung biopsy is the most accurate method, but various patients do not have the necessary clinical conditions to undergo such a procedure. Transbronchial biopsy has been considered a highly risky procedure due to the possibility of bleeding. The proliferation of capillary channels within alveolar walls is the main histological characteristic of PCH.^(^ [@B06] ^)^ No specific treatment other than lung transplantation is available.

In conclusion, PCH is an extremely rare cause of primary PH and has a poor prognosis. This condition must be considered when a patient with PAH presents hemoptysis or hemorrhagic pleural effusion and interstitial lung infiltrates, especially in the presence of centrilobular GGOs and sparse, smoothly thickened interlobular septa. Currently, biopsy is the only method to confirm the diagnosis of PCH.
